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Case Report

Scleredema of Buschke: a case report
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Abstract

Scleredema of Buschke or scleredema adultorum is a rare sclerotic disorder. It has been reported as

an unusual skin complication in diabetic patients with a long history of poor metabolic control.
This disease is usually localized in the proximal parts of the trunk including nape of neck, back
and shoulder areas. Consequently, the range of movement of the affected areas could be altered.
Histologic examination of a skin biopsy shows deposits of collagen and aminoglycans in the
dermis. The pathophysiology of scleredema of Buschke and its relationship with diabetes are not
clearly identified. Few therapeutic options are proposed without satisfying results. We report an
unusual case of a 45-year-old woman with a long history of poorly controlled diabetes type 1 who
presented with indurated edema of the trunk. The presumptive diagnosis of scleredema adultorum
was confirmed by the presence of typical histological findings and after eliminating other

diagnosis of edema.
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Introduction

Scleredema adultorum of Buschke characterized
by thickening and hardening of the skin is an
uncommon sclerotic disorder of unknown
etiology. It is characterized by thickened
collagen bundles and accumulation of acid
mucopolysaccharides in the dermis.* It affects
mostly obese patients with insulin dependent
diabetes.?

However, as this skin disorder is rather
uncommon and develops insidiously, it seems
useful to sensitize all clinicians to this diabetic
complication by reporting a case observed in our
institution.
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Case Report

A 45-year-old woman, with diabetes type 1 for
the past 14 vyears, noticed a generalized
indurated edema lasting for six months and a
progressive limitation of the shoulder motility.
The examination of the shoulders, the upper part
of the back, the neck and the trunk showed
hardness and thickness of the skin with inability
of either depressing or pinching the skin (Figure
1). The skin of the upper extremities excluding
the hands was also affected in the same way.
The BMI was 42.6 kg/m?. The remainder of the
physical examination was unremarkable.

Her diabetes was poorly controlled with HbAL1C
values ranging between 10 and 11.5% despite
insulin treatment. She had preproliferative
diabetic retinopathy. Echocardiography, ECG
and chest X-ray were normal. The results of
laboratory investigations including hepatic, renal
and thyroid function tests were normal. Serum
protein electrophoresis and immunoserology
(antinuclear antibody, extractable nuclear
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Figure 1 Thickening and induration of the skin of the
face and upper part of trunk.

antigen antibody screen) were also normal. Skin
biopsy of the affected area showed marked
thickening of the collagen bundles in the dermis
and a mild perivascular mononuclear
inflammatory infiltrate. These histologic features
in conjunction with the clinical picture
confirmed the diagnosis of Buschke’s
scleredema.

A better management of the diabetes was
recommended to our patient by improving the
insulin therapy. After one year of therapy, the
HbALC was 8% and but there was no
improvement of the skin lesions.

Discussion

Scleredema adultorum of Buschke is an
uncommon disorder of unknown origin. It has
been described as a differential diagnosis of
systemic sclerosis. This skin disorder is
characterized by thickening and hardening of the
dermis affecting the neck, shoulders and the
upper part of the back. The face, the arms and
the rest of the trunk can be affected rarely.!
Sometimes, the viscera may be involved like
heart, ocular muscles, pharynx, parotid glands,
pleurae, peritoneum, spleen or liver.! The
diagnosis is generally made by physical

examination. The skin biopsy should be done to
make the final diagnosis.? It shows accumulation
of collagen within the reticular dermis with
deposition of mucin. But the presence of mucin
deposits is not obligatory to make the diagnosis.®

Patients with type 2 diabetes are predisposed to
develop scleredema of Buschke.? Risk factors
described in patients with scleredema of
Buschke are: a long duration of diabetes, poorly
controlled diabetes, obesity, hypertension and
male gender.*® Frequency of this skin disorder
related to diabetes remains underestimated and
varies between 2.5 to 14%.2’

The prognosis of scleredema of Buschke is
generally benign. However, in some cases
functional respiratory complications may occur
as a consequence of skin induration.
Management of scleredema of Buschke is often
difficult.  Tight glycemic  control and
physiotherapy are recommended as a first line
treatment.!

Immunosuppressive therapy has also been tried
e.g.  corticosteroids and  methotrexate.?
Ultraviolet A-1 phototherapy and
photochemotherapy with PUVA therapy may be
advised.® But these approaches have been tried
on very few patients with inconstant results.
Electron beam therapy can be proposed as a
successful treatment in patients with long history
of diabetes associated scleredema.™

Conclusion

The frequency of scleredema diabeticorum in
diabetic population is probably underestimated.
Clinicians should be aware of this skin
complication of diabetes which can be easily
diagnosed by simple clinical examination.
Improvement of  diabetes control and
physiotherapy remains the first line treatment.

276



References

Venencie PY, Powell FC, Su WP, Perry HO.
Scleredema: a review of thirty-three cases. J
Am Acad Dermatol. 1984;11:128-34.

Cole GW, Headley J, Skowsky R.
Scleredema diabeticorum; a common and
distinct cutaneous manifestation of diabetes
mellitus. Diabetes Care. 1983;6:189-92,
McKee PH, ed. Pathology of the Skin with
Clinical correlations, 2nd edn. London:
Mosby-Wolfe; 1996. P. 7.41-7.42.

Ray V, Boisseau-Garsaud AM, Ray P et al.
Obesity persistent scleredema: study of 49
cases. Ann Dermatol Venereol.
2002;129:281-5.

Rho YW, Suhr KB, Lee JH, Park JK. A
clinical observation  of  scleredema
adultorum and its relationship to diabetes. J
Dermatol. 1998;25:103-7.

10.

Journal of Pakistan Association of Dermatologists. 2014;24 (3):275-277.

Leung CS, Chong LY. Scleredema in
Chinese patients: a local retrospective study
and general review. Hong Kong Med J.
1998;4:31-5.

Sattar MA, Diab S, Sugathan TN et al.
Scleroedema diabeticorum: a minor but
often unrecognized complication of diabetes
mellitus. Diabet Med. 1988;5:465-8.

Seyger MM, van den Hoogen FH, de Mare S
et al. A patient with severe scleredema
diabeticorum, partially responding to low-
dose methotrexate. Dermatology.
1999;198:177-9.

Hager CM, Sobhi HA, Hunzelmann N et al.
Bath-PUVA therapy in three patients with
scleredema adultorum. J Am Acad
Dermatol. 1998;38:240-2.

Tamburin LM, Pena JR, Meredith R, Soong
VY. Scleredema of Buschke successfully
treated with electron-beam therapy. Arch
Dermatol. 1998;134:419-22.

277



